Attempting to diagnose an illness which began a century and a half ago is akin to undertaking an archaeological reconstruction. Evidence is likely to be incomplete or even fragmentary. But an archaeologist can reconstruct an item of pottcry from which many pieces are missing so that absolute certainty can exist that the item is a cup, not a saucer. The method adopted here has been somewhat similar to assemble the historical fragments so as to produce a recognizable w-hole. But neither the cup nor the diagnostic formulation is likely to be entirelv watertight.
The raw material used in this reconstruction has not been the biographical record but the documents from which that record was largely drawn namely, the considerable numbers of letters written at the time by those most closely involved with the patient and her illness1. Previous descriptions have presented this illness as Alzheimer's disease. The present paper argues for a differcnt diagnosis.
Dorothy Wordsworth (DW, 1771-1855) was the only sister of William Wordsworth (WW, 1770-1850), the great English poet. Shc was a person of considerable talents and has her own biographers2. When she became mentally ill in 1835, her life changed dramatically for the worse.
To put this deterioration into perspective, let us briefly consider her achievements and life-style beforehand. She emerges from Gittings and Manton's biography as a sensitive, intelligent, affectionate person endowed with considerable vitality; resolute and determined when necessary, resourceful and practical2. She was devoted to her family, in particular to WW with whom she lived for many years. Her journal indicates considerable descriptive powers with an obvious ability to put intensely felt impressions into lyrical prose3. She corresponded with many of the literati of the day. THE RECURRENT PHYSICAL ILLNESS For many years DW was troubled with attacks of severe abdominal pain, accompanied by fever and vomiting, which have been attributed to gallstones and cholecystitis. One such attack began in early December 1832 and continued for many weeks. When she had been confined to her room for a month her legs began to swell and she was unable to 374 Tablelands Road, Cooran, Queensland 4569, Australia rise from her bed. By late February 1833 the worst of this attack was over but her legs remained very weak and by May she could walk only a few steps around her room. A possible explanation of swelling and leg weakness is beriberi (thiamin deficiency) resulting from vomiting and diminished food intake. There was no report of mental symptoms at this time. In a well nourished person whose intake of thiamin ceases, at least a month elapses before a thiamin deficiency syndrome develops.
THE ACUTE ILLNESS OF 1835
The illness of 1835 began with physical symptoms similar to those described above. WW, in a letter written on New Year's Day, described 'a severe attack of bilious fever'. These symptoms continued for several months. There is a comment in a letter written on 30 March 1835, that DW was 'in mind active and cheerful'. She became progressively weaker and more emaciated and William on 7 June 1835 wrote 'my beloved sister's days are drawing steadily to a close'. In an important addendum to the samc letter (892), written to Robert Southey, Mary Wordsworth (MW), WW's wife, adds that 'my beloved sister, in all her wanderings by night and by day, which have continued for at least a week, often turned her thoughts to you...' (passage A). Again, letter 893 written on the same day states your poor Aunt is much harassed' and a week later 'she cannot now stand'. There was other illness in the house at the time: Sarah Hutchinson (SH), Mary's sister, had 'rheumatic fever' from which she died quite unexpectedly on 23 June 1835. A maid had a rather similar illness and WW's daughter Dora suffered influenza. This may account for the somewhat sketchy descriptions of household sickness at this time. Most of WW's correspondence in late June 1835 is taken up with letters to friends and relatives regarding SH's death.
A letter (912) written by WW on 6 July 1835 is informative, signalling as it does the end, for the time being, of the acute phase of illness. He wrote (passage B): 'My sisters health of body seems to have suffered less than her mind. Her recollection is greatly impaired since the event, I mean her recollection of recent events. She complains of weakness and foolishness of mind which is sad to hear of the bilious sickness and cough and expectoration which harassed her and weakened her so much are e 0-H) gone, but no doubt will return.... At present she complains of faintness and hollowness and has an incessant craving for something to support her.... Upon the whole her bodily health is better. . .. Her memory is excellent, this morning I chanced to mutter a line from Dyer's Grongar Hill-she immediately finished the passage'. Memory in this context would appear to indicate memory for material learnt before her illness.
THE MENTAL SEQUELAE
The most comprehensive accounts of DW's mental deficits appear in WW's letters written over the next few months.
In early August he wrote (letter 916): 'I found my sister no worse as to suffering but her recollection of passing events somewhat more impaired'. At the same time 'Her mind since SH's departure [i.e. death] has been so confused as to passing events that we have no distinct knowledge of what she may have to support in the way of bodily pain. She remembers and recollects all but recent events perfectly and her understanding is, as far as her strength will allow her to think, clear as ever it was' (passage C).
An even fuller description appears in letter 928: '[Her mind] is as sound as ever with regard to events past long ago and also to judgements and opinions, but her memory of passing events has greatly failed and her judgement in all that affects her disease, though not at all in other things. Indeed I think upon points of moral character, literature, etc., she expresses herself as well as she ever did, but in regard to her own bodily powers, and to space and time as connected with these she is almost childish. .. There is yet no restoration of the mental process of recollection.' (passage D).
On 28 September 1835, WW wrote 'The change' [i.e. that just described] 'showed itself upon the death of dear Miss Hutchinson but probably was preparing before ... she forgets instantly the circumstances of the day.' Also 'my dear sister, in bodily health, is much better, though quite unable to stand'.
A TENTATIVE DIAGNOSIS
The subsequent course of DW's mental illness will be described later, but how would we interpret the data up to this point, if we were DW's physician at the end of September 1835, but equipped with present-day knowledge? One possibility would be the Wernicke-Korsakoff (W-K) syndrome, a diagnosis unavailable until the 1880s.
Wernicke's encephalopathy (WE) is an acute syndrome characterized by an abnormal mental state (most often a global confusional state), ataxia of gait and ophthalmoplegia.
Presence of the complete triad, in cases subsequently mainly in her bedroom or being wheeled about outside in fine weather. rule4. WE is most commonly related to acute thiamin deficiency.
Patients who recover from WE may go on to develop an amnesic state characterized by an inability to memorize new material, accompanied by disorientation and frequently by confabulation (Korsakoff's psychosis). This sequel is particularly likely where alcohol has been consumed at a time of thiamin deficiency, alcohol being specifically harmful to the thiamin-depleted brain. Alcohol consumption does not have to be habitual for this to occur.
To explain the hypothesis that DW's illness was the W-K syndrome we must answer three questions: Might DW have become thiamin-deficient? To what extent is there evidence of the Wernicke triad? What evidence is there that DW had consumed alcohol, particularly at a time when she might have been thiamin-deficient?
These questions relate to the acute phases of the illness, in the first half of 1835.
Thiamin deficiency DW's physical illnesses were characterized by 'biliousness' and in 1835 she became so emaciated that WW thought she was about to die. The illness lasted from December 1834 until June 1835. By July 6 (letter 912) the physical symptoms, including specifically 'bilious sickness', had gone, seldom thereafter to return.
In summary the severity and duration of symptoms are consistent with the diagnosis of thiamin deficiency.
The Wernicke triad
Mental state
The account of DW's acute mental state is sketchy but passage A (above) supports the occurrence in late May and early June 1835, of a transient global confusional state. Nowhere, subsequent to the acute phase, is her mental state referred to in these terms.
Ataxia of gait
It was noted in June 1835 that 'she cannot now stand'. For the rest of her life DW's ability to walk was substantially impaired. One of the few letters DW herself wrote after the 1835 illnesses (letter 1163, September 1837) contains: 'I hope I may recover the use of my legs, though at present I cannot walk without props to bear my whole weight'. There is a single reference (in a WW letter, 1175, September 1837) to impairment of balance: 'Your Aunt had acquired the ability of balancing herself for a few steps without support'. Later descriptions refer to her living confirmed at necropsy, is the exception rather than the JOURNAL OF THE ROYAL SOCIETY OF MEDICINE Vol ume 91 J u ly 1 998
Ophthalmoplegia
There is no documented evidence that DW had ophthalmoplegia.
Consumption of alcohol DW was evidently not averse to the consumption of alcohol: thus we find a diary entry for 4 May 1802 as follows: 'I drank a little brandy and water and was in heaven'3. During the severe 1833 illness outlined above, her physician ordered 'her allowance of opium and brandy to be considerably increased "apprehending mortifications" (letter 741).
There are specific references to DW's consumption of opium during her 1835 illness (letters 928 and 930). In a letter dated 23 October 1835 (936) WW wrote, 'her opium has been reduced to one quarter and other stimulants in greater proportion'. Similarly, on 20 November 1835 MW wrote 'our medical attendant has been induced to attempt to withdraw all stimulants'. At the time these letters were written brandy would have been described as a stimulant, not a depressant. Extrapolating from the 1833 illness during which there is documented evidence that brandy was prescribed and from which DW recovered completely, we might reasonably infer a similar drug prescription in 1835 and that the 'other' and 'all' stimulants again included brandy. The evidence, admittedly, is indirect.
THE COURSE OF THE ILLNESS DW survived her 1835 illness by nearly twenty years, outliving WW. Up to his death his letters contain frequent brief references to his sister's mental health. There is mention of increased irritability at the time her opium was withdrawn. WW also reports her to be somewhat 'childish'. Generally, over the period of fifteen years that WW and occasionally MW were describing her condition, it is reported to have changed little, most of the comments being that DW is 'much as usual', although occasional references to some improvement can be found. What is important in view of the alternative diagnosis of Alzheimer's disease is the lack of any evidence of deterioration over this long period of observation. One exception is a comment from a family friend that she seemed 'sunk deeper in insensibility' (1849) but this is considerably outweighed by neutral or occasionally positive comments.
There are several references to DW talking of events long past. In 1836 WW reported that 'she reads the newspapers but an old one read a dozen times pleases equally with a new one'. She was also composing poetry at this time, although the subjects, according to MW, were 'not very elevated' and in the following year she was writing in a 'clear vigorous hand'. A letter from DW to a friend (1163) contains a poem dedicated to her physician, Dr Carr. This letter indicates her to be aware of at least some of the events going on around her, although a footnote states 'Monday, the day of month I know not'. A letter written by MW in October 1841 (1551) suggests that DW was inactive and lacked initiative: DW was delighted with a letter and 'assured me as she generally does on such occasions that she would answer it tomorrow' which she did not do. She evidently retained emotional reactivity, being upset by the deaths of friends and relatives. In 1846 she was reading sermons and articles for WW (whose vision was impaired). DW was still writing letters as late as October 1853. A letter then is somewhat childishly expressed with short simple sentences, e.g. 'The weather was rough. I was in bed all day. I am well today'.
There is a comment to an old friend in July 1854, about six months before DW's death, that 'your old friend is very much disturbed' but otherwise there appears to be little information about DW's final illness. She died shortly after her 84th birthday.
To summarize During the early months of 1835 DW had a severe and prolonged attack of abdominal pain and sickness accompanied by considerable emaciation. During this time she may well have consumed brandy as a 'stimulant'. She appears to have become briefly confused and clouded. She was thereafter able to walk very little without support. On recovery from the acute symptoms, her memory for recent events became permanently grossly impaired.
Over the last twenty years of her life (1835-1855), there seems to have been virtually no indication of deterioration and not much of improvement. Her life during this time, when compared with her premorbid level of functioning, emerges from the record as largely unproductive. Some functions remained unimpaired. She had become inert, apathetic and lacking in initiative. Some emotional reactivity was preserved.
DISCUSSION
The above summary speaks better for a diagnosis of the W-K syndrome than it does for Alzheimer's disease. Were we arguing in favour of the latter syndrome, we could dismiss the antecedent physical illness and the probable occurrence of a transient global confusional state (passage A) as fortuitous. The persistent gait difficulties cannot be so readily dismissed: they would require an additional diagnosis. The mental state during the chronic phase (described by passages B, C and D above) is consistent with detailed clinical descriptions of the Korsakoff syndrome, particularly in regard to the apathy, lack of initiative and inertia, the failure to recollect recent events, the preservation of some functions (here, for example, the ability to read and write), and the stable course, neither deteriorating nor improving5. Stability is not what one expects in Alzheimer's disease. The record contains no certain evidence of confabulation, but this feature is not consistently present in the Korsakoff state and is not necessary for the diagnosis.
Had DW's condition deteriorated between 1835 and 1850, surely WW's many references to his sister's health in the letters he wrote during this period would be expressed differently. He was, after all, a man of considerable intellectual distinction.
Evidence relating to DW's walking difficulties from 1835 onwards is inconclusive. She might have suffered polyneuritis, with subsequent immobilization due to contractures at the knees, hips and ankles, but the record contains nothing to support this notion. Ataxia of the lower limbs characterizes the W-K syndrome: it rarely affects speech or the upper limbs (and a comment by WW in a letter of 7 February 1835 indicates no deterioration in DW's handwriting). Recovery from the ataxia of WE is frequently incomplete or negligible5.
The role of alcohol in the genesis of the Korsakoff state is important, and it is a weakness of the arguments presented here that the evidence for its consumption by DW during the first half of 1835 has to be inferred, particularly by reference to the treatment given her for abdominal symptoms during 1833. But the medical archaeologist must all too often accept the shortcomings of the record.
